Background
==========

Celiac disease is a hypersensitivity enteropathy to the gluten protein that can lead to malabsorption. The disease is usually asymptomatic but common signs and symptoms are diarrhea, abdominal pain, nutrient deficiency and anemia \[[@b1-amjcaserep-17-559]--[@b3-amjcaserep-17-559]\]. Rarely, patients present with diarrhea causing profound dehydration, weight loss and metabolic abnormalities requiring hospitalization -- a celiac crisis. Often, the crisis will take place after an inciting event -- usually surgery, infection or pregnancy \[[@b4-amjcaserep-17-559]\]. Although serological studies can screen for the disease, confirmatory testing in adults still requires EGD with biopsy. Biopsies classically show lymphocytic inflammation, villous atrophy, and crypt hyperplasia. The mainstay of treatment is the initiation of a gluten free diet \[[@b5-amjcaserep-17-559]\].

Case Report
===========

A 46 year old male with history of DM2, who was recently treated for Bell's palsy with acyclovir and prednisone presented to the emergency room with symptomatic orthostasis after having five days of crampy left lower quadrant abdominal pain accompanied with up to 20 non-bloody bowel movements per day. On physical exam, he had an SBP of 60 mmHg and was tachycardic to 102. He had mild tenderness to palpation in the left lower quadrant of his abdomen without rebound or guarding. Notable lab abnormalities included: venous blood pH 7.28, Na 130 mmol/L, blood glucose 20.3 mmol/L, albumin 25 g/L, and hemoglobin 110 g/L. A CT Abdomen/Pelvis only showed distal small bowel thickening. Clostridium Difficile PCR and stool ova, parasites, and cultures were all negative. Serum, gastrin and VIP levels and urine 5-HIAA were also within normal limits. Because of continued diarrhea, upper and lower endoscopy were performed. Random biopsies from his colonoscopy showed mild chronic non-specific inflammation. However, his EGD showed linear erythema and erosions in the antrum, pylorus and duodenal bulb as well as scalloping of the second part of the duodenum ([Figure 1](#f1-amjcaserep-17-559){ref-type="fig"}). Biopsy of the duodenal bulb showed total villous atrophy and crypt hyperplasia ([Figure 2](#f2-amjcaserep-17-559){ref-type="fig"}) and lymphocytic infiltration ([Figure 3](#f3-amjcaserep-17-559){ref-type="fig"}). Celiac labs were notable for anti-TTG IgA elevated at 48 Units and anti-gliadin IgA 39 Units (reference range for both: 0--19 Units). Based on biopsy and serology, he was diagnosed with Marsh Stage IIIC celiac disease. He was started on a gluten-free diet and had significant improvement in his symptoms within 48 hours and was able to be discharged home without TPN or steroids. He was able to gain 25 kilograms over four months and did not require further hospitalizations for his diarrhea.

Discussion
==========

Celiac crisis is very rare in adults. Fewer than thirty cases have been documented in the literature and the first case series was published just six years ago.

Adults usually present in their 5^th^ or 6^th^ decade of life. The most common symptoms are diarrhea, vomiting, tetany and lightheadedness with hypocalcemia being the most common metabolic abnormality. Weight loss has been previously documented up to 18 kilograms. Most patients will not be aware that they have Celiac disease before the crisis episode. Although it is still unclear what triggers this more aggressive disease course, current scientific evidence suggests to a combination of severe mucosal inflammation and immune activation. Approximately 50% of patients have an inciting event such as surgery, infection or pregnancy within months of their crisis \[[@b4-amjcaserep-17-559]\].We believe the trigger in our patient's case was his recent episode of Bell's Palsy which was treated with acyclovir and steroids.

The increase in documented cases in non-pediatric patients has led to the proposal of the following diagnostic criteria for celiac crisis in adults \[[@b4-amjcaserep-17-559]\]: ""Acute onset or rapid progression of gastrointestinal symptoms attributable to celiac disease requiring hospitalization and/or parenteral nutrition along with at least two of the following": Signs of severe dehydration -- hemodynamic instability or orthostatic hypotension;Neurologic dysfunction;Renal dysfunction;Metabolic acidosis defined as pH \<7.35;Albumin \<30 g/L;Abnormal electrolyte levels;Weight loss \>10 lbs."

Because of the severe presentation of the condition, the most commonly considered alternative diagnosis is infectious diarrhea. Therefore, a history of potential microbial exposures and objective laboratory data to exclude infectious etiologies should be obtained. Other conditions to consider that may mimic celiac disease are tropical sprue, AIDS enteropathy, food protein hypersensitivity, Whipple's disease, intestinal lymphoma, collagenous sprue, small-bowel bacterial overgrowth, laxative abuse and pancreatic insufficiency \[[@b6-amjcaserep-17-559]\]. The treatment for celiac crisis involves admission for intravenous hydration, electrolyte repletion and the institution of a gluten-free diet \[[@b5-amjcaserep-17-559]\]. About half of patients will require the initiation of TPN and/or steroids. Depending on the severity of malnourishment, patients may need to be closely monitored for the development of refeeding syndrome \[[@b7-amjcaserep-17-559]\]. For those requiring steroids, the mean total length of steroid treatment was 5 months \[[@b4-amjcaserep-17-559]\]. The time to weight recovery ranges from 8--40 weeks \[[@b4-amjcaserep-17-559]\] and despite significant morbidity, zero cases of death due to the illness have been reported in adults.

Conclusions
===========

Celiac crisis can be difficult to diagnose in an adult presenting with severe acute diarrhea due to the rarity of the condition. Our case demonstrates the importance of considering this diagnosis as symptoms are likely to persist until a gluten free diet is initiated. Treatment with steroids and TPN can be considered for cases refractory to dietary modification.
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![Endoscopic image of the second part of the duodenum; Scalloping is readily evident.](amjcaserep-17-559-g001){#f1-amjcaserep-17-559}

![Villous atrophy and crypt hyperplasia present on duodenal biopsy. H&E stain, 20×.](amjcaserep-17-559-g002){#f2-amjcaserep-17-559}

![Significantly increased number of intraepithelial lymphocytes present on duodenal biopsy. H&E stain, 60×.](amjcaserep-17-559-g003){#f3-amjcaserep-17-559}
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